ABSTRACT. A family comprising mother, father, and five children is described. Four of the children were found to excrete massive amounts of D(+)-glyceric acid in their urine. This was verified by gas chromatography-mmss spectrometry and the configuration determined by capillary gas chromatography of 0--acetylated menthyl esters. he excretion ranged From 
MATERIALS AND METHODS

Patienrs.
The Asian family that we describe ( Fig. I ) comprises mother(A) and father (B) in consanguinous first cousin marriage, both healthy with no adverse medical history, and five children. These include: C, a 13-y-old boy with mild speech delay and microcephaly but no other abnormalities; E, a healthy 9-y-old girl without previous medical problems; and F, a healthy 7-y-old girl with no previous medical problems. The index case, G, a 5- Oral loading tests. After a 12-h fast, oral loading tests with Lseine 1200 mg/kg for E and 300 mg/kg for C) and fructose ( 1 Oral loading rests. The effects of oral serine loading on H+)-glycerate excretion are shown in Figure 2 . There was a marked increase in the rate of excretion of D(+)-dyerate in both patients (2.1 -fold For E and 3.3-fold for G). Plasma serine measured 1 h after loading rose to 934 pmoI/L for E and 7 17 pmol/L for G. The incremental increase in D(+)-glycemte excretion in the 12 h after loading was equivalent to 1 1 and 39%, respectively, of the serine given.
The response of urinary D(+)-glycerate concentration to oral fructose loading is shown in Figure 3 . In both patients, there was a marked increase in the rate of excretion (2.2-fold for E and 
